and this will be confirmed by the consistently low platelet count. REFERENCES Kinderl'eilk. 68, 212 Dr I B Sneddon: We have had two brothers with Aldrich's syndrome in Sheffield who have been described by Gordon (1960) . I saw both of them and the eczematous eruptions were indistinguishable from the usual infantile eczema. The first patient, who was treated by splenectomy, died of bilateral adrenal h&vmorrhage, aged 5. The second, who has not had splenectomy, is still surviving, aged 4, though he has occasional petechiae and recurrent respiratory infections. The prognosis is very bad since at the time of Dr Gordon's paper all the cases described in the literature had succumbed. REFERENCE Gordon R R (1960) Arch. Dis. Childh. 35, 259 Dr E J Moynahan: The majority of patients die very soon after splenectomy and it is not to be recommended. Steroids only help the eczema, they do not help the purpura. A clinical diagnosis of progeria was made. Comment: This boy presents the classical picture of progeria as described by Hastings Gilford (1897), with the relatively uncommon but equally characteristic history of scleroderma appearing at or soon after birth. The first case was, in fact, a patient of Sir Jonathan Hutchinson's which he recorded in 1886 as congenital absence of the breasts and nipples in a baby boy who later went on to develop the full picture of progeria, and which is described in detail as the second of Hastings Gilford's cases (1904) . Such children appear normal at birth and it is not until about the second year that the picture of progeria emerges. It is noticed, however, that their growth is delayed and there is usually some delay in the dentition as well. As and is represented by a few wispy fibres on the scalp. The eyebrows and eyelashes are lost or deficient. The head looks larger than normal and almost hydrocephalic; it looks bird-like because of the small mandible, and the relatively prominent nasal cartilages enhance the bird-headed appearance. The stance is fairly characteristic and has been likened to a jockey riding. There is marked stunting in growth. The skin is often pigmented, particularly on the trunk, but the most striking feature is the lack of subcutaneous fat, except in the pubic region where it is preserved and, as Hastings Gilford (1904) himself mentions, its retention there may give the appearance of a scrotal hernia. Another striking feature in all these cases is the prominence of the scalp veins, which give one the impression of looking at the meninges through a translucent parchment membrane. The dentition is delayed and many cases retain their milk teeth until they die. Overcrowding of the teeth is a feature associated with micrognathia. The viscera appear to be normal in size, and there is no real delay in sexual development; spermatogenesis apparently occurs normally.
Although this boy's biochemistry is normal, it is probable that sooner or later there will be a disturbance in lipid metabolism, characterized by high blood lipoproteins and cholesterol, that in his teens he will develop severe atheromatous changes in the aorta and main vessels, and that he will die of a coronary occlusion.
There has been much speculation on the etiology of the disorder. Hastings Gilford thought it was the opposite to acromegaly and was inclined to incriminate the pituitary. Various other endocrine abnormalities have been reported but most may be interpreted as secondary changes which might well occur in a condition involving dysplastic changes in mesodermal tissues. No one can tell whether a dwarf is lacking in cells or merely has small cells, and the dwarfism here seems to be restricted to mesodermal, mainly skeletal, tissues, since the brain and liver, &c., are quite normal in size and function. I am not sure that progeria is a good term for this disorder as intellectually the patients are above average and most cases show no signs of premature intellectual senility, although their behaviour might be altered as the result of their unusual appearance. They are very different from the true bird-headed dwarfs who are microcephalic and who, of course, may be retarded mentally.
The striking and unique feature of the scleroderma, which is confined to the skin and is of the morphcea type, is its extremely early onset, and if one has a patient with scleroderma starting in the early months of life, it is almost certain that the progeric picture will emerge by the time the child is aged 2 years. Strunz reported the first case in 1929, and Exchaquet (1935a, b) and Zeder (1940) have reported two further cases. I feel certain that the relationship between scleroderma and the syndrome as a whole is not fortuitous, since its occurrence in 4 cases out of less than 30 reported would seem to be a significant finding. The disease occurs in all races and seems a likely candidate for a chromosome abnormality, possibly arising during early cell divisions soon after fertilization. There is no predilection for either sex.
POSTSCRIPT (Dr Moynahan, 7.2.62): Karyotype analysis reveals normal male with XY complement and diploid number of 46 chromosomes which appear to be normal. Blood phenotype: A1, MN. S, P., R,R,, Lu(a-), K-, Le(a+b-), Fy(a+) .REFERENCES Exchaquet L (1935a) Rev. mid. Suisse rom. 55, 248 (1935b) Rev.franC. Pediat. 11, 467 Gilford H Kinderheilk. 47, 401 Zeder E (1940) Mschr. Kinderheilk. 81, 167 The President: Is there any accounting for the dilated veins on the scalp and also the curious shape and the lack of proportion between the face and the head which presents almost as a hydrocephalus until it is measured?
Dr E J Moynahan: There is a very good account of the skull and skeletal changes by Sir Arthur Keith in the Lancet (1913, i, 305) , which brings out these points. There is abnormal development of the base of the skull, and the lateral bulging of the brain produces a corresponding change in the shape of the skull. The skull itself is very thin, and in the 18-year-old boy whom Keith described the skull resembled in structure that of a 1-year-old infant. The mandible is quite infantile and there is considerable loss of the ascending ramus. In Keith's paper there are good figures illustrating the changes found in acromegaly and progeria, and he has superimposed drawings of these conditions on a normal outline. Dr Bentley Phillips: How do they progress mentally? Dr E J Moynahan: This boy is typical in being bright and lively, and in those who have had their I.Q. tested it is reported to be above average. Hastings Gilford said that his patient was above average in intelligence although he had no formal education. This is very important as it differentiates progeria from all the bird-headed dwarfs. These have brain capacities of only 800 c.c or so. The famous French dwarf B&b6 was a bird-headed little man who, like most of these dwarfs, was uniformly reduced in size, the brain participating in this reduction. In progeria, dwarfing, if that is the right word to use, principally affects certain tissues of mesodermal origin; the brain is unaffected.
[Meetingto be-continued]
